A syndrome characterized by arachnodactyly, selective aminoaciduria, congenital cataracts, cerebellar ataxia, and delayed developmental milestones was observed in two young boys who were first cousins. In certain respects the presentation was similar to that of the Marinesco (g/dl) 6-3 6-9 Albumin (g/dl) 3-2 3-7 Alpha globulin (g/dl) 0-9 0-9
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Gamma globulin (g/dl) (Fig. 2) . Extraocular movements were full with coarse nystagmus on looking to either side. In the right eye a dense after-cataract had developed which had occupied the entire pupillary aperture, while the left eye contained the capsular remnants of the previous needling procedure (Fig. 8) .
All four limbs were hypotonic and exhibited intention tremor. The tendon jerks were brisk with flexor plantar responses bilaterally. He was able to walk without support but was unsteady, swaying from side to side. The gait was broad based and tandem walking was impossible. There was no sensory deficit or lack of sphincter control.
On general examination, he was also of asthenic build (Fig. 4) with a dorsal kyphosis (Fig. 3) , flat chest (Fig. 3) , arachnodactyly (Fig. 7) , flat feet (Fig.  6) , high arched palate, thick eyebrows, and long eyelashes (Fig. 8) . He had sparse pubic hair and a normally developed phallus and testes (Fig. 4) histidine in the urine of both cases. (The method adopted for quantitation was that described by Varley, 1967) . Analysis of the aminoacids in the patients' sera was also conducted. The serum and urine of a 12 year old boy (control) was analysed for the same aminoacids (Tables 2 and 3 ).
OTHER INVESTIGATIONS In both cases, radiographs of the skull and chest were normal, while those of the hand proved the presence of arachnodactyly (Sinclair et al., 1960) . Metacarpal index in case 1 was 9 4, and in case 2 it was 9*5 (normal range: 5*4 to 7-9). Buccal smear study in both of them proved to be chromatin negative with karyotype 22+XY with no structural abnormalities of the chromosomes. In both cases the electroencephalograph and electrocardiogram were within normal limits. Electrophoretic patterns of serum lipoproteins were normal.
Other family studies A distantly related 16 year old girl (case C in Fig. 1 ) also has bilateral aftercataracts, thin build, arachnodactyly, and Marfanlike features. Only urine was available for testing but showed the same selective aminoaciduria as the probands (Table 2) . Unfortunately, the living sibling of case 1 is not available for study.
DISCUSSION
Both cases satisfied the criteria for the MarinescoSjogren syndrome (Marinesco et al., 1931; Sjogren, 1950 (Dogulu and Mutlu, 1957) ; pes cavus (Dureux et al., 1958) ; genu valgum, deformed fingers, and short stature (MacGillivray, 1957) ; anomalies of sex organs (Freycon and Freycon, 1965) ; dental anomalies, hypopituitarism, and retinitis pigmentosa (Carrieri and Di Gennaro, 1965) ; myopathic features (Alter and Kennedy, 1968) , etc.
Accepting our cases as basically examples of the Marinesco-Sjogren syndrome, there are some additional observations: (1) arachnodactyly with high arched palate and other skeletal abnormalities reminiscent of Marfan's syndrome, and (2) presence of selective aminoaciduria (glycine, leucine, histidine, and tyrosine). These findings could be considered coincidental, but, in view of their consistent presence in more than one sib, appear less likely to be so.
In Marfan's syndrome, which our cases resembled morphologically, the presence of specific aminoacidurias, cerebellar features, and lenticular opacities have not been recorded. Again, the negative cyanide-nitroprusside urine test excluded homocystinuria, which sometimes presents clinically as a Marfan-like syndrome (Dunn et al., 1966) .
Aminoaciduria, cataracts, and oligophrenia constitute the oculocerebrorenal syndrome of Lowe (Lowe et al., 1952 (Chutorian and Rowland, 1966) ; (2) renal tubular acidosis (Sagel et al., 1970) ; (3) aminoaciduria, involving most of the common amino-acids (Schoen and Young, 1959) . phenylalanine, valine, threonine, etc. In the present study, the excretion of phenylalanine, threonine, serine, cystine, proline, valine, and tryptophane was well within normal limits, indicating a selective defect in the renal tubular transport mechanism. This defect seems also to affect the transport of glycine, which usually shares a common transport mechanism with proline and hydroxyproline. The explanation for this selective transport defect resulting in the excretion of this combination of aminoacids remains obscure.
It is suggested that this syndrome, characterized by arachnodactyly, selective aminoaciduria, congenital cataracts, cerebellar ataxia, and delayed developmental milestones which was observed in a few members of a family, is a genetically determined disorder probably transmitted in the autosomal recessive manner. The condition could well be an instance of a hitherto undescribed disease with features common to Marfan's and the Marinesco-Sjogren syndrome.
